INTRODUCTION {#sec1-1}
============

Progressive symmetric erythrokeratoderma (PSEK) or Gottron\'s syndrome is a rare genodermatosis with variable inheritance, but mostly follows an autosomal dominant pattern.\[[@ref1]\] It is characterized by stable, well-demarcated, symmetric hyperkeratotic plaques. Approximately 40 cases have been described in literature. There are few case reports of association of PSEK with other disorders. We report a rare case of PSEK associated with nephrotic syndrome.

CASE REPORT {#sec1-2}
===========

A15-year-old boy born of second-degree consanguineous marriage presented with asymptomatic scaly skin lesions on the extremities since 5 years. Lesions initially started on dorsum of feet, and gradually progressed to involve knees and hands. These lesions were persistent and nonmigratory. There was no history of similar skin eruptions in the family or siblings. He had steroid-dependent nephrotic syndrome from infancy.

Cutaneous examination showed well-demarcated, hyperpigmented, hyperkeratotic scaly plaques distributed symmetrically on the dorsum of hands and feet, elbows, knees, and tendoachillies \[Figures [1](#F1){ref-type="fig"}--[3](#F3){ref-type="fig"}\]. Palms and soles were normal. There was no abnormality of hair, nails, or mucous membrane. There was no musculoskeletal or ocular abnormality. He had puffiness of face with cushingoid features and pedal edema. Skin biopsy revealed hyperkeratosis, focal parakeratoses, acanthosis, normal granular layer, and a moderate mononuclear infiltration in upper dermis \[[Figure 4](#F4){ref-type="fig"}\]. Based on clinical and histopathological findings, diagnosis of PSEK was made. He was treated with emollients, topical steroids, and keratolytics with marked improvement.

![Well-demarcated hyperkeratotic plaques on dorsum of hands](IDOJ-4-347-g001){#F1}

![Well-demarcated symmetrical hyperkeratotic plaques on dorsum of feet and lower legs](IDOJ-4-347-g002){#F2}

![Well-demarcated symmetrical hyperpigmented, hyperkeratotic plaques on knee joint and dorsum of feet](IDOJ-4-347-g003){#F3}

![Moderate acanthosis, hyperkeratosis, focal parakeratosis, and mild superficial perivascular dermal lymphocytic infiltrate (H and E, ×400)](IDOJ-4-347-g004){#F4}

DISCUSSION {#sec1-3}
==========

Erythrokeratodermas are rare genodermatosis inherited as autosomal dominant disorders, although autosomal recessive transmission has been observed with high penetrance but marked intra- and interfamilial variability of expression. Erythrokeratodermas have been divided into two major non-syndromic types and some syndromes such as KID (keratitis, ichthyosis, deafness) syndrome and HID (hystrix like, ichthyosis, deafness) syndrome.\[[@ref2]\] The two major non-syndromic types have been described as PSEK and erythrokeratoderma variabilis (EKV).\[[@ref3]\] It was first described by Darier in 1911 as "progressive and symmetrical verrucous erythrokeratoderma." Gottron shortened the name of this condition to "symmetrical progressive erythrokeratoderma."\[[@ref4]\] PSEK is heterogeneous with considerable phenotypic variability. Although some cases have been identified to have loricrin and few to have connexin mutations in PSEK, EKV, or both, recent reports show that the same gene mutations were not found in some pedigree of PSEK.\[[@ref5]\]

PSEK usually appears in infancy or childhood, and shows an equal sex incidence. Skin lesions are characterized by fixed, large, well-defined hyperkeratotic plaques, or reddish orange to brownish color with marked erythema at their periphery. They are symmetrically distributed. Lesions commonly occur on limbs, buttocks, shoulders, and fingers, and may involve the face.\[[@ref6]\] There is marked tendency for improvement after puberty, but may persist into adulthood. An erythematous palmoplantar keratoderma is seen in about 50% of patients.\[[@ref6]\]

PSEK has to be differentiated from pityriasis rubra pilaris, psoriasis, and other types of erythrokeratoderma, especially EKV. It differs from EKV in the absence of migratory erythematous lesions and in greater incidence of palmoplantar keratoderma. The symmetry of the lesions in PSEK is more striking than in EKV.\[[@ref6]\] Two sisters have been described, among whom the younger one suffered from EKV whereas the older one suffered from PSEK, and this report brought forward the hypothesis that PSEK and EKV were different manifestations of a single condition.\[[@ref7]\]

The histopathology is nonspecific and shows hyperkeratosis with patchy parakeratoses overlying an acanthotic epidermis with intact granular layer.\[[@ref6]\] Various reports are published in literature regarding association of PSEK with high-arched palate, fissured tongue, pectus excavatum, symmetric syndactylism, and keratosis pilaris.\[[@ref8][@ref9]\] Recently PSEK associated with delayed intellectual milestones and convulsions has been reported.\[[@ref10]\] In our case, PSEK was associated with nephrotic syndrome. Topical emollients, keratolytics, and topical steroids have limited benefit, but oral retinoid therapy may result in improvement.\[[@ref11]\] There was marked improvement with topical steroids and keratolytics in our case.

It is not known whether there is underlying genetic cause for association of PSEK with nephrotic syndrome or it is just a coincidence. This case is interesting not only for its rarity but also for its rare association with nephrotic syndrome, which is not described in literature earlier and hence reported.
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